Case report A 4 year old girl developed acute onset of ataxia, rapidly progressive hearing loss, and vomiting. The illness was preceded by intermittent attacks of red eyes and photophobia for several months. Six weeks after the onset of the ataxia she developed polyarthritis affecting knees, hips, wrists, and finger joints. The joint disease resembled juvenile rheumatoid arthritis but without rash, fever, lymphadenopathy, or splenomegaly. During the course of her illness she developed a haemorrhagic polychondritis of the pinnae of both ears leading to considerable destruction of the cartilage and a vasculitic rash on her buttocks that was initially haemorrhagic, then ulcerated, and was slow to heal.
Non-syphilitic interstitial keratitis with vestibuloauditory dysfunction (Cogan's syndrome)1 is an uncommon clinical entity. Although a condition affecting mainly young people, only three children have so far been reported with the condition.2 3 In addition to photophobia, redness of the eyes, vertigo, ataxia and hearing loss, there is often systemic involvement as a result of widespread vasculitis.2 Despite its rarity, it is an important condition to recognise because early treatment may prevent the onset of profound deafness.4
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At the most active stage of her illness she had a mild increase of both neutrophils (8 7 X 1 09/1), and lymphocytes (6-2X Computed tomography and magnetic resonance imaging of the brain showed no structural lesion. A slit lamp examination of the eyes showed bilateral interstitial keratitis. Pure tone audiometry (using a Kamplex audiometer fully masked in a sound proofed room) showed a 90 decibel (dB) loss in the left ear and 100-110 dB loss in the right ear. The hearing loss was sensorineural.
Cogan's syndrome was diagnosed on the basis of the interstitial keratitis and vestibuloauditory dysfunction in the absence of syphilis.
Initially she was given a number of nonsteroidal anti-inflammatory drugs including ibuprofen and naproxen with little benefit. A dramatic improvement was obtained with steroids. Her balance, polychondritis, vasculitis, ocular, and joint symptoms improved but deafness persisted necessitating the use of bilateral hearing aids.
She has been on prednisolone 5 mg on alternate days for 24 months. Any attempt to reduce this dose has been associated with a recurrence in joint pain and stiffness, polychondritis and the vasculitic rash. There has been no improvement in the hearing loss. Her ability to wear hearing aids is impaired by the destruction of ear 
